Denouement and discussion
The skeletal examination demonstrates diffuse bone sclerosis, metaphyseal lucency with ricket-like changes, bone-within-bone appearance in the hand and foot phalanges and splenomegaly, which was confirmed in the abdominal sonogram. The CT coronal reconstructions demonstrate significant narrowing of the optic foramina and the MRI demonstrates a narrow crowded foramen magnum with moderate hydrocephalus, ultimately requiring shunting. These are changes of infantile autosomal-recessive malignant osteopetrosis (IARMO). IARMO is a rare and genetically heterogeneous disease due to absent or dysfunctional osteoclasts. The disease usually presents within the first few months of life with anemia, hepatosplenomegaly, frontal bossing, nystagmus, blindness, deafness and bone fractures. 1 The absence of functioning osteoclasts leads to dense but fragile bones. The dense bones encroach upon marrow cavities causing anemia, Figure 1 (a) Frontal chest and abdomen radiograph, (b) lateral chest and abdomen radiograph, (c) frontal left arm and hand radiograph and (d) frontal left leg radiograph. Diffuse sclerosis is present with poor cortical-medullary distinction in the diaphyses. The metaphyses are osteopenic and slightly broadened. The zone of provision calcification is frayed (arrows) particularly in the distal radius and ulna consistent with rickets. Hepatosplenomegaly is also noted. thrombocytopenia and extramedullary hematopoiesis with hepatosplenomegaly. The rachitic changes are due to inability to access calcium stores because of osteoclast dysfunction. Neurological complications are common, especially blindness, deafness, ventriculomegaly, proptosis, and narrowing of the carotid artery in the carotid canal and the internal jugular vein at the jugular foramen. 2 At least three gene mutations have been identified accounting for approximately 70% of cases. 3 The changes seen in our patient are typical of the early appearance of IARMO. With time there is progressive metaphyseal widening producing an Erlenmeyer flask deformity and increased calvarial sclerosis. If untreated, the survival to 6 years of age is only 30%. 4 Death is most frequently related to osteomyelitis and pancytopenia. Bone marrow transplant is the only effective treatment. Osseous changes improve after successful transplant beginning with the metaphyseal and rachitic changes. Eventually complete normalization of bone density occurs. 4 IARMO should be differentiated from other conditions associated with diffuse skeletal sclerosis. Autosomal-recessive intermediate osteopetrosis is a diffuse sclerotic disorder due to carbonic anhydrase deficiency and associated with renal tubular dysfunction and cerebral calcifications. Autosomal-dominant osteopetrosis is a milder disorder with osseous sclerosis, divided into two types. Type I is associated with a low incidence of fracture, type II is associated with a rugger jersey radiographic appearance of the spine, frequent fractures and a specific gene mutation. 1 Pyncodysostosis is an autosomal-recessive condition associated with large skull, dental malocclusion, small clavicles, short distal phalanges and micrognathia. 
